The online-only Data Supplement is available with this article at http://circ.ahajournals.org/lookup/suppl
A 38-year-old woman developed fibrosing mediastinitis after an initial episode of histoplasmosis. She had history of frequent bronchitis as a teenager and developed symptoms suggestive of pneumonia unresponsive to conventional antibiotics. In addition to right lung infiltrates, she developed mediastinal lymphadenopathy. After transbronchial biopsy confirmation of histoplasmosis, she received therapy with oral itraconazole. Three years after her initial therapy with itraconazole, she presented with worsening dyspnea on exertion. Echocardiography suggested new-onset pulmonary hypertension and moderate tricuspid regurgitation. Cross-sectional imaging of the chest demonstrated thickened pleura and pericardium; calcified, enlarged lymph nodes; and prominent fibrosis in the hilar region. Thorascopic and mediastinoscopic biopsies confirmed the diagnosis of fibrosing mediastinitis. She was treated with courses of antibiotics and pulsed steroids over the years for symptoms of dyspnea, hemoptysis, and pleuritic chest pain associated with radiological evidence of disease progression. Notably, the steroids did not seem to change the disease progression.
Pulmonary function tests revealed a reduction in lung volumes with a severe reduction in diffusing capacity of the lung for carbon monoxide (DLco, 38% predicted after adjustment for hemoglobin). She developed exercise-induced oxygen desaturation and was treated with supplemental oxygen therapy. Evidence of right pulmonary artery stenosis and pulmonary vein stenosis was seen on contrast-enhanced computed tomography scan ( Figure 1 ). The right-sided pulmonary veins were completely occluded, with significant stenosis in the left inferior pulmonary vein. Notably, the stenosis is in the intra-atrial segment and differs from venous segment stenosis caused by ablation procedures. Perfusion scan suggested a lack of flow to the right lung. 18-Flurodeoxyglucose positron emission tomography scan suggested minimal active inflammation in the mediastinum with enhancement of a single cardiac lymph node. She was tapered off steroids and was treated with balloon dilation (Movies I and II in the online only Data Supplement show before and after dilation), long-term anticoagulation, and oxygen therapy.
Histoplasmosis is an endemic mycosis in North and Central America. Most patients can be asymptomatic. Pulmonary infiltrates with mediastinal lymphadenopathy should raise the suspicion for histoplasmosis. Diagnosis can be made rapidly by serological tests, staining, and culture of bronchoalveolar lavage fluid and, in rare cases, biopsy. Therapy with antifungal drugs can result in marked improvement of symptoms. 1 Fibrosing mediastinitis is a rare complication of histoplasmosis. Dissemination of fungal antigens in the pulmonary reticulo-endothelial system leads to enlargement of lymph nodes. The lymph nodes coalesce and form inflamed caseous mass, which eventually leads to sclerosis of the mediastinal structures (Figure 2) . Other rare causes of fibrosing mediastinitis include exposure to tuberculosis, aspergillosis, Wuchereria bancrofti, Blastomyces dermatitidis, and radiation therapy. 2 Some forms of fibrosing mediastinitis are associated with autoimmune disorders. Mediastinal fibrosis can lead to obstruction of the hilar components, notably pulmonary veins, arteries, and bronchi. Superior vena caval and esophageal obstruction is often seen in these patients. Postobstructive necrotizing pneumonia and development of tracheo-esophageal fistula have been reported. Interventions to open the stenotic segments are often palliative. Steroids are useful only in the autoimmune form of fibrosing mediastinitis. Development of cor pulmonale or respiratory compromise is usually the terminal event. 
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